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7. FEE L 2oy b Y U RBIZKDHEFAEN 5 o#E (NICCD) O —4

LRk R RERE
BBCRFEEY/NAESY A EE, RBEAR
RERRF/NER REBARKES, RANIRE,
RRRZFNRAR  LEEA

[EF) 57 BB [FHER] AiHER AR ) —= P TENTT 7 F—RMEHY .
NICCDHfE, I+ T 7 b LA THRESNBHR, BIERRE, [1851del4 & [MIVS11+1G>ADEE~
T a1,

[AfGilReiE] ssdlw, 2514gTHAE, YT 7 b—RAMEH WV BIL+T 7 b LRI THEE,

PRM-EE & R EINIR B850 UA%S » AU RHEMN AR, SEEHER, FScmfilin,

AST 471, ALT 97, ALP 6180, T/D.Bil 24.6/15.8, PT 32%, HPT 17%. Alb2.9, TBA 232,

PIVKAII 269, TBA 232, CMV-IgMiEtE, M+ ZfE7 I / B (Met, Tyr, Thr, CiymfE, &R CER
TREDY,

AIBEEIRIC K BFRATADH Y, MCTHL+4 b3l (4:1) KEE L., lBEHE S I, Y,

Tz ) N )VER S EEFFPERE, 64 AL ENLVE VEENa, B =F ks, NH3, EER.

Alb, ChENCKEBIAICER Uiz S FFIRAERESR, AV BmIoR, FFAEM TR R,

(7> AW T/D.Bi125.7/22.1) . 84 AN CIIREFIRIGED 5 BB L,
KRR ZT TAFRAEE S & I E SR, T OBBRL I S oWlE L, BRES L 20 1
FIN, FATT—=/NHAL, 17+ HHRET/DBIl 1.1/0.5, PT 78%, AST 240, ALT 131,

FF e AR 2 kA LR B ARIE SRR EE & V) RC(+) CREIBEAEE T,
[E2£] ARITRBEHFOR LA URETFRE CRRICER Shi-BSEiE kL,
MRV E # I U RZFTR.® Y . B8 L IEE RN EEHEIIICMVEEDEENHRAI S T,
I OBEREMEEGERIEN T THA I FLHERT L BbiLi, NICCDDZ < i3 #MED IR Tk
ET DB,
JRYYRE 72 817 X B IR B sy O PSR AR S O R BB F E A K L Bbh T,
AFTIEEN E L EENatR 5B & 0 EEEME R MEE S A U3, BRI ARES%RE L2 L R X
nic,

(BEF2HE L W ERPWEBRBREEAE IETEA, BxmEiLssbzhEs REHEN
FEAELT
Tz LE9)
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8. VMU URIEIEET /I (citrin/mGPDH double KO) <~ 7 R & A\ iREEHNT &
FriaEiE D%

T8 B SCHLR AR R 22 BTS2 R fefa HH

VY U RBIEET NV (citrin/mGPDH double-KO) < W7 AMD A ¥ 7Kg — AR5 LT OFE
R %1587, Capillary electrophoresis/mass spectrometry (CE/MS)f&EMT. BERIEI L 28
E&, LCMS 2HW37 I JBOTOMER, double KO w7V Xk, aFEREIZL>T, K
EUTOAFBORFEZRTZ LML,

(1) glycerol 3-phosphate DB 72 &K & Mifn'E NADH/NAD*tE D k&,

(2) TCA %A 7 )HEREEDKT,

(3) Citrulline JBED EFIZRKR TE DIRBEROLF .

(4) Saccharopine dehydrogenase (NADP)DPEEIZE-3< Lysine BE D L&,

INOOREFRIL, & TTANRTXUEE - IVF I VB bay R TEEREE LTO

MU COBREREICER TS Z LB TH Y, IWRERBICEOWTEER—I—L LT
FERTFRETHD EEX D,
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